In 67 u n s e l e c t e d p a t i e n t s under t h e age of 20 y e a r s w i t h LE, evidence of CNS d i s e a s e was p r e s e n t i n 18% (3M,9F). Abnormal neurologic f i n d i n g s included: chorea-7, upper motor neuron signs-3, c r a n i a l nerve p a r e s i s -3 , c e r e b e l l a r dysfunction-2, f o c a l s e i z u r e s and coma-1, s t r o k e a s s o c i a t e d w i t h hypertension-> Chorea i s t h e major abnormality i n t h i s group; i n 3 p a t i e n t s it p r e s e n t e d a s long a s t h r e e y e a r s p r i o r t o t h e d i a g n o s i s of LE. S i g n i f i c a n t r e n a l d i s e a s e was p r e s e n t i n 8 p a t i e n t s . Laboratory t e s t s were n o t h e l p f u l i n d i a g n o s i s . Lumbar puncture and b r a i n scan were normal u n l e s s s t r o k e was p r e s e n t . EEG was always abnormal b u t c o r r e l a t e d with neurologic f i n d i n g s and improvement S e r o l o g i c parameters were only m i l d l y abnormal d u r i n g recurrence of CNS d i s e a s e . Standard doses of prednisone and Imuran used t c t r e a t LE exacerbations c o r r e c t e d a l l major CNS a b n o r m a l i t i e s except neurologic d e f i c i t s secondary t o s t r o k e s . Three p a t i e n t s had r e c u r r e n c e s of CNS d i s e a s e which responded t o r e t r e a t m e n t with hlgh-dose therapy.
f o c a l s e i z u r e s and coma-1, s t r o k e a s s o c i a t e d w i t h hypertension-> Chorea i s t h e major abnormality i n t h i s group; i n 3 p a t i e n t s it p r e s e n t e d a s long a s t h r e e y e a r s p r i o r t o t h e d i a g n o s i s of LE. S i g n i f i c a n t r e n a l d i s e a s e was p r e s e n t i n 8 p a t i e n t s . Laboratory t e s t s were n o t h e l p f u l i n d i a g n o s i s . Lumbar puncture and b r a i n scan were normal u n l e s s s t r o k e was p r e s e n t . EEG was always abnormal b u t c o r r e l a t e d with neurologic f i n d i n g s and improvement S e r o l o g i c parameters were only m i l d l y abnormal d u r i n g recurrence of CNS d i s e a s e . Standard doses of prednisone and Imuran used t c t r e a t LE exacerbations c o r r e c t e d a l l major CNS a b n o r m a l i t i e s except neurologic d e f i c i t s secondary t o s t r o k e s . Three p a t i e n t s had r e c u r r e n c e s of CNS d i s e a s e which responded t o r e t r e a t m e n t with hlgh-dose therapy.
This study provides t h e f i r s t comprehensive view of t h e high incidence of CNS involvement i n a nons e l e c t i v e s e r i e s of childhood LE p a t i e n t s and emphasizes t h e nee t o recognize s u b t l e abnormalities and i n i t i a t e adequate therapy.
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OST-HEMORRHAGIC ENCEPHALOPATHY I N PREMATURE INFANTS. r e s t Dubynsky, Robert Vannucci & M J e f f r e y Maisels, enn S t a t e Univ-M S Hershey Med C t r , Dept Ped, Hershel r r h a g i c encephalopathy i s a d i s t i n c t c l i n i c a l condit i o n r e s u l t i n g from i n t r a v e n t r i c u l a r hemorrhage (IVH) i n premature i n f a n t s . Nine neonates with IVH were s t u d i e d t o d e t e c t p o s s i b l e chronic encephalopathy. S e r i a l CSF a n a l y s e s revealed p e r s i s t e n t xanthochromia but v a r i a b l e RBC (679-132xK/mm3) & WBC (0-3780/nm3) counts. P r o t e i n c o n t e n t s were e l e v a t e d ( > l o 0 mgldl) i n 7 p a t i e n t s (61-2420mgldl).
Hypoglycorrhachia (CSF/blood glucose r a t i d 0.35) occurred i n 7 c a s e s 6 CSF glucose was < 10 mg/dl n 5
. Hypoglycorrhachia was not secondary t o p g r s i s t i n g c e l l u l a~ lements i n CSF, s i n c e no c o r r e l a t i o n e x i s t e d between CSF glucose eve1 & t o t a l c e l l count. In a d d i t i o n , i n v i t r o incubation of e l l u l a r CSF with added glucose a t 37OC l e d t o n e g l i g i b l e r a t e s
f glucose consumption over 24 h r . Three i n f a n t s manifested r o s s hydrocephalus documented by CAT scanning. CSF l a c t a t e i n hese 3 i n f a n t s was increased 1-3 f o l d (2.3-5.5 mmol/l) above e v e l s i n non-hydrocephalic IVH neonates (1.1-1.6 mmol/l> & i n t i e n t s with c o n g e n i t a l (non-hemorrhagic) hydrocephalus (1.0-1.4 o l / l ) . We s p e c u l a t e t h a t 1 W occurs concurrently with periveni c u l a r b r a i n ischemia which, i n t u r n , l e a d s t o f o c a l anaerobic y c o l y s i s & increased glucose requirement. With inadequate r e b r a l glucose d e l i v e r y from blood, glucose d i f f u s e s i n t o brair om CSF r e s u l t i n g i n hypoglycorrhachia. Cerebral l a c t a t e prou c t i o n i s enhanced but l a c t a t e accumulates i n CSF only i n t h e resence of an o b s t r u c t e d v e n t r i c u l a r system. These metabolic ETHACRYNIC ACID THERAPY OF CEREBRAL EDEMA I N THE NEW-BORN. P a t r i c i a H . E l l i s o n , Mhairi G . MacDonald, and Robert B. Bourke ( s p a n . bv I a n H. P o r t e r ) . Albany l e g e , Albany Medical Center H o s u i t a l , Departments of . .
Neurolow and P e d i a t r i c s , Albany, New York.
The e f f e c t of e t h a c r v n i c a c i d on c e r e b r a l edema of t h e newbor was evaluated i n 9 i n f a n t s who exnerienced severe hyuoxia-ischemia during d e l i v e r y . S i x e x n i r e d , without c l i n i c a l o r pathologi c a l evidence of c e r e b r a l edema a t autopsy. The 3 s u r v i v i n g inf a n t s a r e normal developmentally. One has a s e i z u r e d i s o r d e r .
Ethacrynic a c i d has been used e f f e c t i v e l y i n immature animals t o prevent c e r e b r a l edema. Sourke e t a l . have used e t h a c r r n i c a c i d i n t h e iminature c a t t o prevent edema t h a t was K+ denendent, HC03-stimulated and appeared following t h e s t a g e of b r a i n matura t i o n c h a r a c t e r i z e d bv ~l i a l
~r o l i f e r a t i o n . The human i n f a n t has s i g n i f i c a n t a l i a l c e l l p r o l i f e r a t i o n by 35-36 weeks.of g e s t a t i o n a l age and becomes s u b j e c t t o severe c e r e b r a l edema a t t h a t time. The i n f a n t who experiences anoxia i s considered t o s u s t a i n c e l l u l a r damage i n i t i a l l y from hvpoxemiaischemia and s e c o n d a r i l y from c e r e b r a l edema. The g o a l of t r e a t ment with e t h a c m i c a c i d i s t o change t h e i m~a c t of t h e secondary c e r e b r a l edema. C r i t e r i a f o r i n i t i a t i o n of treatment were s t r i c t : apgar of 0-1 a t 1 minute and l e s s t h a n 3 a t 5 minutes, o r l a t e o r v a r i a b l e d e c e l e r a t i o n with h e a r t r a t e under 100 b e a t s p e r minute f o r 20 minutes o r longer during t h e d e l i v e r y . A f t e r r e s u s c i t a t i o n and s t a b i l i z a t i o n , 1 mg/kg n e r I V was given every Oligodendrogliornas a r e r a r e i n c h i l d r e n . I n 40 years , 12 h i s t o l o g i c a l l y v e r i f i e d cases o f oligodendroglioma i n >ersons<20 years o f age were r e p o r t e d t o t h e Connecticut Tumor i e g i s t r y , c o n s t i t u t i n g 1-2% o f a1 1 i n t r a c r a n i a l neoplasms i n Con i e c t i c u t c h i l d r e n . Eleven occurred i n t h e c e r e b r a l hemispheres; these cases were reviewed and t h e a v a i l a b l e s l i d e s were analyzed The male t o . female r a t i o was 2 . 7 : l ; t h e age range was from 2 t o 19 years w i t h a mean age o f 13.5 years. The c h r o n i c i t y o f t h e I r o c e s s was evidenced by a mean d u r a t i o n o f 50 months f r o m t h e I n s e t o f symptoms t o diagnosis. Seizures (64%), nausealvomiting 55%), headache (45%), and c r a n i a l nerve p a l s i e s (45%) were t h e l o s t comnon p r e s e n t i n g symptoms w h i l e papilledema (45%) and par-% i s (27%) were t h e most f r e q u e n t p h y s i c a l f i n d i n g s . A normal i e u r o l o g i c a l exam was found a t diagnosis i n 36% o f t h e c h i l d r e n . Ten p a t i e n t s were operated upon; 7 o f these a l s o r e c e i v e d r a d i at i o n . One p a t i e n t d i e d b e f o r e diagnosis. The mean s u r v i v a l w i t h zerebral oligodendrogliomas was 61 months. Comparison o f those r e a t e d w i t h o p e r a t i o n alone and those a l s o t r e a t e d w i t h r a d i ai o n revealed no s t a t i s t i c a l l y s i g n i f i c a n t d i f f e r e n c e i n s u r v i v a i x p a t i e n t s s u r v i v e d l o n g e r than 5 years, and t h e f u n c t i o n a l t a t u s o f these l o n g e r term s u r v i v o r s was determined: one has r e u r o l o g i c d e f i c i t ; one has a quadrantanopsia; one has a hemia r e s i s ; two have seizures; and one has p s y c h i a t r i c disease and
